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AHHOTALMA

B nocnepHee gecatunete 0TMeYeH HEYKIIOHHBIM POCT BOCTANUTENbHbIX 3ab0ieBaHMit KULWeYHWKa Y feTei. [TosBuamnck aaH-
Hble 0 pa3BuTM 6onie3Hn KpoHa nocne xupypruyeckoro neyeHus bonesHn MmplunpyHra v nepeHeceHHoOro MmpLunpyHr-acco-
LMMPOBAHHOIO 3HTEPOKONUTA. BbiCKa3aHbl NpeanonoKeHns 0 BO3MOMXHBIX NpUiMHax passutus KpoH-nogo6HbIX U3MEHeHUI
y LeTen nocnie peseKUM KULLIEYHUKA B paHHeM Bo3pacte. Llenb uccnepoBaHns — 0606wuts MHGOpMaLMo U NpoBecTy
aHanu3 iuTepatypel, NOCBALLEHHON pa3sutuio Hone3nn KpoHa u KpoH-nofnobHbIX M3MeHeHWn y aeTei ¢ bonesHbto MMpLu-
npyHra. MomncK ocyLlecTnsnm B HaydHbIx ba3ax eLibrary, PubMed, SinceDirect, GooglScolar no kntoueBbiM cnioBaM: «bosesHb
KpoHa», «bonesHb [mplunpyHrax», «MpLUnpyHr-accoumMMpoBaHHbIA 3HTePOKONUT», «Hirschsprung-associated inflammatory
bowel disease», «Crohn’s disease», «Hirschsprung's disease». BpemeHnHoit uHtepsan noucka 2000-2023 rr. BoiseneHo
14 cTaTeid, nocBALLEHHbIX MMpLLNpYHr-accoLMMpoBaHHbIM 3ab01eBaHNAM KULLEYHUKA. B oTeuecTBEHHOM NiuTepaType AaHHas
nartonorvs He onucaHa. lpu BocnanuUTeNbHbIX 3a00NEBaHUAX KULWEYHWKA M [MpLUNPYHr-acCOLMMPOBAHHOM 3HTEPOKOUTE
MOXHO BblAe/mTb 0BLiMe (aKTopbl NaToreHesa, TaKWe Kak HapylleHMe MUKpOBMOTBbI M XpoHMuYeckoe Bocnanenue. Cpeau
NPeAnoCLIIOK K peanu3auuu NatonorMyeckoro UMMYHHOTO OTBETA Ha AMCOMO3 M aTaky SHTEPOKONUTA MOXHO BbIENUTh:
BMCHYHKUMIO 3HTEPaNbHOM HEPBHOW CUCTEMBI M HEPOMMMYHHBIX PErYNIATOPHBIX MEXaHU3MOB, 00LLMe HapyLLEHUS UMMYHHOTO
CTaTyca, CHUMXEHME UMW «HE3PenocTb» DapbepHON GYHKLMM KULLIEYHOW cu3ucTon 0bonouku. Bo3MoxHo, YTo Y nauueHToB
¢ bonesHblo MMpLUNpYHra M peLuavBMPYIOLLMMU aTakaMu SHTEPOKOIUTA Pa3BMBAETCA He «Kilaccudeckas dopMa» bonesHu
KpoHa, a KpoH-noaobHble BocnanuTenbHble u3MeHeHus. CoxpaHsiollanca GyHKUMOHaNbHas UM opraHuyeckas obcTpyKums
nocne onepaTMBHOIO ieyeHUs bonesHn MvpLunpyHra ycyrybnsiet HeraTuBHoe BNMSHUE Npeapacnonaralolumx $hakTopos, npu-
BOAALUMX K XPOHMYECKOMY BOCMANIEHUIO CITU3UCTOM 0607104KM KULWIKK. [Py MOBTOPHBIX 3nu3ofax [MpLInpyHr-accoumMmpoBaH-
HOro 3HTEPOKOMMTA WM MJIOXOM OTBETE Ha ero CTaHLApTHYK Tepanuio, peKOMeHAyeTcs npoBefeHue yraybneHHoro obcne-
LO0BaHUA Ans UCKIioueHns bonesHn KpoHa unm XpoHUYeckux BOCNanMTeNbHBIX U3MEHEHMIA B 06/1aCTM aHacToMO3a C Liefbio
nopbopa neyebHoI TaKTUKW.

KnioueBble cnoBa: 6onesHb KpoHa; 6onesHb MMpLunpyHra; [MpLInpyHr-accoLmMmMpoBaHHbIi 3HTEPOKOAMT; [MpLLNpYHr-accoum-
upoBaHHas bonesHb KpoHa; pgetu.
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Crohn’s disease in patients with Hirschsprung disease
and Hirschsprung-associated enterocolitis: A review

Victoria A. Glushkova, Aleksey V. Podkamenev, Tatyana V. Gabrusskaya

Saint Petershurg State Pediatric Medical University, Saint Petersburg, Russia

ABSTRACT

In the last decade, the incidence of inflammatory bowel disease in children has been increasing. Some studies have reported
the development of Crohn'’s disease in patients with Hirschsprung disease and Hirschsprung-associated enterocolitis. Sugges-
tions have been made about the possible causes of the development of Crohn’s-like lesions after intestinal resection in early
childhood. This study aimed to summarize information about Hirschsprung-associated Crohn’s disease and Crohn’s-like le-
sions after surgical treatment of Hirschsprung disease. The search was carried out in scientific databases of eLibrary, PubMed,
ScienceDirect, and Google Scholar. The search time interval was 2000-2023. Fourteen articles dedicated to Hirschsprung-
associated Crohn'’s disease were identified. Common pathogenesis factors in inflammatory bowel diseases and Hirschsprung-
associated enterocolitis were identified, such as microbiota disturbance and chronic inflammation. Predisposing factors for
pathological immune response to dysbiosis and incidence of enterocolitis included enteric nervous system dysfunction, im-
paired neuroimmune regulatory mechanisms, general immunological disturbance, and “immaturity” and abnormality of the
barrier function of the intestinal mucosa. The “classic form” of Crohn’s disease may not develop in patients with Hirschsprung
disease and recurrent attacks of enterocolitis but Crohn’s-like lesions. Persistent functional or organic obstruction after surgi-
cal treatment of Hirschsprung disease enhances the negative effect of predisposing factors, leading to chronic inflammation of
the intestinal mucosa. Delayed occurrence of Hirschsprung-associated enterocolitis is a predisposing factor for the develop-
ment of chronic inflammation. When Hirschsprung-associated enterocolitis occurs repeatedly, endoscopic assessment should
be performed for the exclusion of Crohn’s disease and chronic inflammatory changes in the anastomosis area for treatment
selection.

Keywords: Crohn’s disease; Hirschsprung disease; Hirschsprung-associated enterocolitis; Hirschsprung-associated Crohn's
disease.
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REVIEWS

BBEJEHUE

B nocnegHee pecstunetve oTMeYeH HEYKJIOHHBIA POCT
BOCManuTenbHbIX 3abonieBaHui KuweyHuKka y aeteit (B3K).
B MupoBoi nuTepatype nosBuAKChL NybMKaumum o codeTaHum
bonesHu MpwnpyHra (b v B3K, ¢ npeobnanaHneM peHotn-
na bonesHu KpoHa (BK) [1-12]. BoickasaHbl Npeanonoxexus
0 BO3MOXHbIX NpU4mMHax passutusa KpoH-nopobHbIX U3MeHe-
HWI Y fleTei Noc/e pe3eKLUMiA KULLEYHWKa B paHHeM Bo3pacTe
[11-14].

Llens uccnedosarus — 0606wWMTL MHPOPMALMIO U MPo-
BECTW aHanu3 IUTepaTyphbl, NOCBALLEHHOW pa3BuTUI0 bonesHu
KpoHa n KpoH-nogobHbix 13MeHeHwii y aeTeid ¢ 6onesHbio
[MpLnpyHra.

MoucK ocywlecTBnsAnM B HaydHblX 0asax eLibrary,
PubMed, SinceDirect, GooglScolar no Knio4eBbIM cno-
BaM: «bonesHb KpoHa», «bonesHb mplunpyHra», «fupu-
MPYHr-accoLMMpoBaHHbIN  3HTEpoKoaUT», «Hirschsprung-
associated inflammatory bowel disease», «Crohn’s disease»,
«Hirschsprung’s disease». BpeMeHHON MHTEpBan Moucka
2000-2023 rr. BoisBneHo 14 cratei, NoCBALWEHHbIX [MpLL-
npyHr-accoummpoBanHbiM B3K. B oTeyecTBeHHoM nuTepatype
[JaHHasA NaTosiorms He onucaHa.

BOJIE3Hb KPOHA U BOJIE3Hb
TPLLINMPYHTA

BonesHb KpoHa — XxpoHuueckoe peuvavBumpyioLlee UM-
MyHOMaTo/I0rMyecKoe 3aboneBaHne XenyLoUHO-KULLIEYHOrO
TpaKTa C pa3BUTUEM TPaHCMYPaNbHOrO, rpaHyneMaTo3Horo,
CerMeHTapHoro Bocnasnenus [15].

bonesHb MMpLunpyHra — BpoXAeHHbIA NOPOK pasBuTHS,
00YCNOBNIEHHbI HEMONHOW Murpauuei, nponndepaumeit
1 anddepeHUMPOBKOK HEPBHBIX KIETOK B CTEHKE KULLKW.
OnHum 3 ocnoxHennn Bl aBnsetcsa mplunpyHr-accouuu-
PoBaHHbIN 3HTepokomT (FAJK).

FA3K — 3T0 Ku3HeyrpoxalLlee COCTOSIHWE, KOTOpOe
XapaKTepusyetca npody3Hon nuapeen, B3ayTueM, bonsamu
B JKMBOTE, MHTOKCUKALMOHHBIM CMHAPOMOM C ObICTPBIM pas-
BMTUEM CUHAPOMA CUCTEMHOI BOCnanuTeNbHOM peakumm [16,
171. Peunameupytowwmmu TA3K ctpapatot 2-33 % naumeHTos,
HO €ro puUCK BO3HUKHOBEHMS YMEHBLUAETCA C KaXAbIM ro-
[L0M ocne pajvKanbHOro XMpypryeckoro JiedeHus U nouTu
He BcTpeyaetcs nocne 7 net [17].

Couetanue Bl 1 BK aBnsetca peakoii natonoruei (B Ha-
cTosilee BpeMs onucaHo okoso 150 cnydaes). B uccnepo-
BaHuM 13 LLiBeuun Bbino nokasaHo, yto puck passutua B3K
Y NauuMeHTOB mocne Xxupypruyeckoro nevexus Bl B 5 pas
BblLlLe, YyeM B obuieit nonynsuuv [18]. Mo AaHHEIM aBTopoB
n3 KaHagpl, y 2 % naumeHTOB nocne XMpypruyeckoro seye-
Husa bI" oMeueHo pa3ssutve B3K c npeobnapaHuem BK. Cove-
TaHue BK v BI' B naHHoW KoropTe nauueHToB B 3 pasa valle
Onpesensyioch y JINL, MYXCKOrO MoNa, a CPefHuii Bo3pacT
maHudecTaumm bK coctasun 7,7 roga [2].
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BO3MOXHbBIE MPEAMNOCHIJIKU
BO3HUKHOBEHUA

TouHbin Mexanusm passutua B3K nocne Bl octaetcs
HESICHBIM, OJJHAKO pAZ, aBTOPOB CBA3YHILLMM 3BEHOM MEXAY
3TUMKU natonornamu Bolgenunu peunamsmupytowmn FTA3K [1,
4, 5,7, 9]. Mpn BK n TAIK MOXHO BbIAENUTL PALA CXOXMX
¢akTopos natoreHe3a [19]. Tak, BK n TA3K xapakTepu3sytotca
HapyLLeHneM MUKpobuoMa, bapbepHoi GYHKLMM KULLEYHOM
CnM3ucTon 060/104KK, W3BpPALLEHHBIM UMMYHHBIM OTBETOM
MpyU B3aMMOLENCTBUW C aHTUIEHOM M pa3BUBAIOLLMMCS BOC-
naneHneM B cTeHKe Kkuwkm [10, 20-22]. P.K. Frykman u co-
aBT. [22] oTMevaloT, YTO Y nauueHTos, nepeHeciumx MAJK,
MOBLILLUEHBI TaKME Ceponiorudeckue MapKepbl bK, Kak: aHTu-
Tena K Saccharomyces cerevisiae (ASCA), aHTTENa K MeM-
bpaHHoMy benky-nopuHy (Ompc). ABTopbl cienanu BbIBO,
yto npu FAIK peanusyetcsa cxomumii ¢ BK natonormueckui
WMMYHHbIW OTBET Ha KWLIEYHblE MWKPOOHbIE aHTUreHb.
Mo mMHeHuto H. Ji v coasr. [19] B natorexese TA3K u BK Be-
POATEH 0OLLMIA HEPOUMMYHHBIA MEXaHW3M.

HapyweHue Mukpobuoma

Mo MHenuo H.M. CrenaHoBon u coaBT. [23], araHrnunos
MOXET NPUBOAMTL K NATONOTMYECKOMY PacnpoCTPaHEHMIO
MWKPOOMOTLI B BULY HapYLUEHWS 0CH «MUKPOBMOTa — KULLIEY-
HWK — M03r». [Iucbnos n noBpexaeHne cimsuctoro bapoepa
ABNAIOTCA K0YeBbIMU hakTopamu B pa3sutumn FAIK [16, 24].
Y naumenToB c BK onpepnensetcs cHuxeHne MUKpobHoro pas-
HO0Dpa3ws B KMLLEYHOM Neli3axe, B YaCTHOCTU, CHUXEH Ypo-
BeHb Bacteroidetes, Firmicutes, Clostridia, Bifidobacterium,
Lactobacillus, Ho onpenensietca M3bbITOYHbINA pocT Proteo-
bacteria. B psape KAMHUYECKMX U 3KCMEPUMEHTANbHBIX UC-
cnenosanuii npu MA3K u Bl Takke bbin BoisBNeH aucbanaHc
DaKTepouLLOB, KIOCTPMAMANLHONW M rpUbKoBOM (ophbl € npe-
obnapanvem Candida albicans v Proteobacteria [25-28].
CMeLLeHre MMKpoOMOMa MOXKeT Bbi3bliBaTb akTuBaumio Toll-
nogobHbIX PeLenTopoB, Bbi3blBasi MPOAYKLMIO LUTOKWUHOB,
BOCMaJieHne U NoBpeXAeHUe ciusmnctoro bapbepa [14].

HapywweHue cnusucroro 6apbepa

Cnu3ncTbiin bapbep YCNOBHO MOXKHO Pa3fenuTb Ha XMMU-
YecKuii, obecrneynBaeMbIin nenTuaaMm, u GuUsmMHeckui, obe-
creynBaeMblid 60KaNOBMAHBIMU KITETKaMK, NPOAYLMPYHOLLMMA
MyuuH. Y naumentoB ¢ bl B 30He araHrnno3a u B HOpMo-
TaHINIMOHAPHBIX CErMEHTaX BbIAIBIIEHO CHUXEHME MONYyNALMUK
bokanoeuaHbix Knetok [29]. L.L. Porokuokka u coasr. [30]
B CBOeiA pabote nokasamu, yto passutue MAIK accoummpo-
BaHO C AMCPYHKLMeH HOKanoBMaHbIX KNEToK. Ha HauanbHbIX
atanax pa3sutua FA3K npoucxogut cMeLLieHre KUCNoi cpe-
Obl MyUMHA Ha HEMTPasbHYH, ero r1nepnpoayKums, a 3ateM
Ovnataumus KpunT, HapyleHue cnusuctoro b6apbepa, npo-
rpeccvpylollee MOBPEKAEHWE 3NUTENNA, UHOMILTPaLMS
nevKoLMTaMy, U3bs3BneHue. B dmHanbHoM cTagum npomc-
XOAMT afresus 6aKTepUI K 3HTEPOLMTAM, UX MHBA3Ms, TPaHC-
MypasnbHbI HEKPO3 M nepdopaums KuwweyHoin cteHku [30].
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IncdyHKuma paboTbl 3HTEpPaNbHOM HEPBHOM
CETU U HeMPOMMMYHHBIX PeryNsaTopHbIX
MeXaHM3MOB

JHTepanbHas HepBHas CeTb — YacTb NepudepuyecKoi
HEpBHOI CUCTEMBI, COAEPaALLAs [ABA TUMA KETOK: HEMPOHBI
W KULLEYHbIE KNETKU rnn. KnileyHble HepoHbI MyTeM cekpe-
LM HeipOTPaHCMUTTEPOB M HEMPOMENTUAOB Y4acTBYIOT B NOJ-
[epXaHu1 KULIEYHOro roMeoctasa. [loacnmanctoe M MeXMbl-
LUeYHOe HepBHble CTIIETEHUS TAKXKE Y4acTBYIOT B MMMYHHOM
0TBETE, MOBPEKAAS U AMMMUHUPYS NATOreHbl, U B BOCCTAHOB-
NeHun cnusucToro bapbepa npu koamtax [19]. 3HTepanbHas
HepBHas ceTb npu Bl MoxeT npuBoaMTL K AUCOMO3Y Yepes Ha-
PYLLEHWE MOTOPUKM M CTa3 KULLIEYHOrO coaepxumoro [21, 31].

S. Keck 1 coasrt. (2021) obHapyunu, 4TO HU3KMIA ypo-
BEHb aLETUNXOJIMH-MO3UTUBHBIX BOSIOKOH B CM3MCTON 060-
JIOYKe NMPUBOAMT K NOBLILUEHUI0 BOCNANUTENBHOrO CTaTyca
MMMYHHbIX KITETOK, HapyLLaeT MUKPOBHbIN MeTabonuam u no-
BbILLAET YacToTy nocneonepauuonHoro passutus FAJK [32].

HelpoHHble HapyweHus npu bl 3aTparuBaloT He Tosb-
KO 30HY araHrnivo3a, Y4to BO3MOXHO, CO34aeT NpeanochiUlKu
K pasBWTMIO M3BPALLEHHOTO UMMYHHOTO OTBETA CIIM3UCTOI
060n04Km Kuwwku [33]. Y. Benibol 1 coasr. [34] B cBoeii paboTe
UccneaoBany BOCNaNUTENbHbIN OTBET B CTEHKE KULLKMW NOCHe
XMpypruyeckoro nedvenus bI. Bbino BbisABNEHO, YTO B rpynne
naumeHToB ¢ FA3K B HOpMOraHrIMOHApPHOM CErMeHTe KULLKH
onpenensnuck 6onee Bbicokne KoHueHTpaumn TNF-a u gpy-
TMX NPOBOCMANMUTENBHBIX LIUTOKWUHOB, TaKUX KaK MHTEPIIENKUH
1b (IL1b), untepneiikuu 6 (IL6), TakKe UrpatoLLMX posib B pas-
BUTUM XPOHUYECKOr0 BOCMaNeHNUs B CTEHKE KULLKK [34].

He uckntoyeHo, 4To onpefieneHHbIN BKNAA B peann3aLmio
MMMYHONATOIOMMYECKOro MPOLLEcca BHOCAT FeHETUYECKUE
daKTopsbl, HO YeTKoi B3aumocBa3n Mexay bl v BK B HacTo-
filLlee BPeMs He BbIABNEHO. TakK, y yacTu naumeHTos ¢ bl n BK
onpegenstot NOD2-myTauuio, KoTopas Bbi3blBaeT HapyLUeHe
BOCMaNMTENIbHOMO 0TBETA Ha baKTepuanbHble Bo3byauTenu
W SBNSeTCA He3aBUCUMBIM (aKTopoM pucka passuTus BK
[16]. OgHako M. Lacher v coaBT. [35] He HawM B3aUMOCBSA3M
mexay NOD2-myTaumeii u passutvem [A3K.

Mpun BI' Hanbonee m3ydveHHbIMK aBnstoTcA RET-MyTaumm
n EdnrB. RET-MyTaumm Yalle BCTpeYarTCs NpU TOTaNbHbIX
dopmax Bl [36]. Monomka EdnrB npu Bl Bbi3blBaeT CHMXKE-
HWe YPOBHSA MPUCTEHOYHOW ceKpeTopHon docdonunasbl A2
(sPLA2), uto npuBOAUT K HapyLUeHWIO cam3ucToro bapbepa,
BbI3bIBAET NATONOMMYECKUNA UMMYHHBIA OTBET HA HOPMaJbHYH
MuKpodnopy Kuwkm [37]. Mo paHHbIM S.W. Moor v coasr.
[38], y 66 % nmaumentoB ¢ BI' ny 59 % c T'AIK BoisBnsioT
MyTaumu reHa ITGB2. Mytaumm reHa ITGB2 HapywatoT CuHTe3
MeMOpaHHoro 6enka — WHTErpUHa — W NPUBOASAT K Hapy-
LWEeHM QYHKUMOHANBLHON aare3vn nemkoumtos. [1010MKK
B 3TOM reHe acCOLMMPYHOT C Pa3BUTUEM XPOHUYECKOrO BOC-
nanuTeNIbHOro NpoLiecca B TONCTOM KuLuKe [38]. Y naumeHToB
c Tpucomment 21 v bI' onpefensioTca pa3nuyHble GopMbl UM-
MYHHON He[0CTaTOYHOCTW, NoBbIWeH puck passutua [AJK,
KOTOpbIi NpoTeKaeT B bonee Tshxenon popme [39, 40].
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AHAJA3 NYBJIUKALIUA,
MOCBALLEHHbLIX COYETAHUIO
BOJIE3HU TPLUNPYHTA U
BOCMAJIATE/IbHbIX 3AB0JIEBAHUM
KULWEYHUKA

lepBoe npesnonoxexue o B3aumocesasn Mexay bl v B3K
BbickasaHo J.0. Sherman u coast. B 1989 r. [41]. OHu npo-
BE/M PETPOCMEKTUBHBIA aHanu3 AaHHblXx 880 nauueHToB
¢ bl nocne onepauumu CeeHcoHa, B 9 ciyyasx BnocneacTamm
BbisBnieHo B3K [41]. Cneaytowwee ynoMuHaHWe 0 pa3BuTum
BK y nopmpocTka nocne Xupypruyeckoro neUeHUs pexTocur-
MOMJHOW (OopMbl B NepuoAe HOBOPOXKAEHHOCTU MPUBOLAT
B.H. Kessler u coasr. [8]. B 6 net y pebeHKa oTMeueH fe-
6toT boneii B uBOTE, MosBUNach fuapes 6e3 npuMecn Kpo-
BM. CumnToMbI TpakToBanuch Kak sienenns FA3K. B 11 net
Ha (OHe COXpaHSAIOLMXCA Xanob Ha YacTblM MUAKUIA CTyN
1 60nn B XMBOTE, QHEMUIO OTMEYEHO OTCTaBaHWE B POCTE,
CHUKeHWe Beca. [py KOIOHOCKONUK BISIBJIEHO MOPaKeHue
BOCXOASLLEN, Crienoi, NoAB3A0LLIHON KULIKW XapaKTepHoe
ons BK (a3Bbl, KpUNTUTLI, KpUNT-abeLeccsl, rpaHyNeMbl).

B psape nybnaukaumin npocnexuBaeTca CBA3b C MaHu-
dectauven BK nocne xupypruveckoro neYeHWs TOTasbHbIX
u cybToTanbHbix GopM B, a TakKe ¢ peunauMBMpylOLLMM
FA3K [1,7, 11-13].

KnuHuueckue nposenenus pebiota bK n peumamnsupyto-
wero MAJK MoryT HOCUTb CXOLHBIN XapaKTep — NMXopaa-
Ka, cnacTuyeckue bonu B xuBote, auapea [1, 31]. OgHako
no gaHHbiM D. Roorda u coaBT. [17], pUCK BO3HMKHOBEHMS
I'A3K yMeHbLUaeTCA € KawabiM rofoM Mocne pagvKanbHo-
0 XMpYPruyecKoro NeYeHns U NpaKkTMHECKU He BCTpevaeTcs
yepes 7 nieT nocne onepauym [17].

B 2012 r. D.N. Levin ¢ coaBTopamu npocneaunm KataMHe3
700 naumenTtoB 3a 20 neT, onepupoBaHHbLIX No rnosogy bl
B ABYX XUpyprudeckux Lentpax (Kanapa, OuHnsqpus). Y 8 na-
umeHToB BbisBneHo B3K: B 3 cnyyasx gmarHoctuposaHa bK,
y 5 naumeHToB — HeandpepeHUMPOBaHHLIN KoNUT. Peun-
avieupytowme anusonbl FAIK nocne pagukanbHom onepaumm
0TMeueHbl B 6 ciyyasx. Couetaue c Tpucommeit 21 oTMeye-
HO Yy 3 naumeHToB. ToTanbHbIi araHrnno3 bbin y Asoumx [35].

B 2017 r. H.Y. Kim n T.W. Kim coobwmnm o passutun BK
C BHEKVLLEYHbIMU NPOSBEHNAMU (CMIOHAWAWT, YBEUT) y Na-
LwmeHTa 17 neT, KOTopbIn B Bo3pacTe 12 Mec. Obin onepupoBaH
no nosogy ToTanbHoW dopMbl Bl ¢ hopmupoBaHueM uneo-
aHanbHoro aHactoMo3sa. C 5 net pebeHoK HEOAHOKpaTHO ro-
cnuTanuaupoBanca no nosofy peuuansupyiowero FAK [7].

B 2018 r. H. Nakamura c coaBTopamMu npoBefi# MeTa-
aHanu3 14 nybnvkaumi. OBllee KOAMYECTBO NauUMEHTOB
¢ coyetanneM Bl ¢ B3K coctasuno 66, y 46 auarHocTupo-
BaHa bK. ¥ bonblmHcTBa naumenTtoB (86 %) onpepensnuchb
MPOTSXKEHHbIE 30HbI araHrno3a, a cpeay crnocoboB onepa-
TMBHOro nocobus npeobnapjana onepauus [woamens u ee
MoauduKaumm [5].
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B 2020 r. S. Wolfson n K.W. Van Buren ony6nukosanu
C/y4al «04yeHb paHHero pa3sutusa B3K» (VEO-IBD) y pebenka
12 Mec. ¢ TOTanbHBIM araHrIMo30M B aHaMHe3e. 30Ha ara-
r7M03a pacnpocTpaHsanach 4o Towen Kuwku. B 3 mec. pe-
BeHOK nepeHec pe3eKUMI0 TOCTON M NOAB3AO0LIHON KULLKK,
bbina chopMupoBaHa etoHocToMa. KnuHudyeckue nposeneHus
B3K sakntouanuch B peunamBUpYIOLLEM BbILENEHUM KPOBM
W3 KyNbTW NPAMOIA KULLKK. PeMuccus Bbina LOCTUMHYTA ToNb-
KO nocse Havana buonornyeckon Tepanun UHQIMKCUMabom
B KOMOMHaLMM C MeTOTpeKCcaToM [4].

B 2021 r. A. Verde u coaBTopbl COOBWMNAM 0 NauMeHTe
7 net ¢ MaHudecTaumen bK nocne onepatvBHoOro neyexus
pekTocurMomupHom dopmel Bl B paHHeM Bo3pacTe (BbinosHe-
Ha onepauwus [woamens) [3].

B 2023 r. onybnukoBaHbl AaHHbIE MyNbTULEHTPOBOMO WUC-
cnenoBanus no MmpnpyHr-accounmnpoBanibiM B3K (CLLA).
B uccnepoBanue Bownu 55 nauueHToB 3a 21 rof, M3 HUX
78 % Manbumkos, 68 % (36 yenosek) nepeneciv MA3K, B bo-
nee 50 % cnyyaeB Manudectaumsa B3K BoiseneHa B Bospacte
L0 5 neT. MpoTsKeHHbIE 30HbI AraHrnMo3a, NepeHeceHHbIR
F'A3K, TprcomMuio 21, aBTOpbI BbIAENWAN KaK NOTEHLMANbHbIE
takTopbl pucKa passuTia B3K. Hanbonee appeKTMBHLIM Me-
TO[LOM NeYEHMs Y TaKUX NALMEHTOB OTMEYEHa bronornyeckas
Tepanus [1].

M. Erculiani u coasr. [11] npoBenu obcnenosaHue 38 na-
LIMEHTOB C TOTabHBIM araHrno3oM, y 14 naunentos (36,8 %)
B CpegHeM yepe3s 11,5 neT mocne paguKanbHOM onepaummn
BbisiBNeHbl KpoH-nofjo6HbIe MAaKPOCKOMWYECKUE U3MEHEHMS
C MPEUMYLLECTBEHHBIM NOPAXEHWEM MOAB3L0LWHON KMLL-
KM B 00M1acTM aHacToMo3a W pacnpocTpaHsioWwmecs B Kay-
[0-KpaHWanbHOM HanpaBfieHUH, YTO, N0 MHEHWUIO aBTOPOB,
CBA3aHO C MaToNorMyeckon paboToit CHUHKTEPOB, pasBUTH-
€M KMLLeYHoro cTasa v aucbuosa. [lna paHHero BbisBNeHWS
B3K-noaobHbIX M3MeHeHWit aBTOpbI PEKOMEHAYIOT MPOBO-
OMTb CKPUHUHIOBOE 06Cnef0BaHUe NaLMEHTOB C TOTaNlbHBIM
araurnvosom [11].

B HekoTopbIx paboTax B3rnisg Ha npobnemy npeAcTaBneH
Kak dhopMupoBaHme nepuaHacToMoTUieckux KpoH-nopobHbIx
BOCNA/IUTENbHBIX U3MEHEHWUI MOCNE PE3EKLMIA KMLLEYHM-
Ka B paHHeM JeTckoM Bo3pacTe [12, 13]. B uccnenoBaHue
C. Madre u coasr. [13] BkoyeH 51 naumeHT, U3 Hux y 11
(22 %) B aHamHe3e onepaTuBHoe fedenue Bl u peumameu-
pytowmit TAIK. ABTOpbl 0TMEYAKT CNOXHOCTL B Noabope
Tepanuu y 3ToM rpynnbl MaLMEHTOB, C YaCTUYHBIM O0TBETOM
Ha cTaHaapTHoe nedenne BK. B psage cnyyaes nokasaHa
3Q(GEKTUBHOCTb 3IKCKJIO3MBHOTO 3HTEPANbHOTO MUTaHMSA
unu aHtu-OHO-Tepanum [13]. Mpn noKanu3oBaHHOM nopaxe-
Hum BK B 06nacTu aHacTomMo3a NOBTOPHaA pe3eKUMs MOXKET
MoMoYb A0CTMYbL pemuccum [12, 13].

OBCYXAEHUE

HapyweHue MMKpoOMOTHI M BO3HMKAIOLWMIA BOCMaNU-
TeNbHbIA OTBET ABNAKTCA (aKTopaMmu, KoTopble 00beau-
HatotT B3K v TA3K [24, 42]. Bo3MoxHo, ¥ naumeHToB ¢ bl
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u peunamsupytowmm FA3K passuBaeTcs He «KnaccuyecKas
¢dopma» bK, a KpoH-nopobHble xpoHu4ecKkue Bocnanutenb-
Hble M3MEHEHMs, KaK WTOr MaToi0rnyeckoro UMMYHHOro
oTBeTa Ha AMCOMO3 M aTaku 3HTEPOKOAMTA Yy MauWeHTOB
C coxpaHsioLLenca QyHKUMOHANbHOM (TUNepToOHYC BHYTPEH-
Hero cUHKTepa, OCTATOYHbIA araHrIMOHAPHLIA CErMeHT)
WNN OpraHuYeckoi 0BCTpyKUMei, CBA3aHHOM ¢ 0cobeHHo-
CTblo (HOPMMPOBAHMSA aHACTOMO3a, KaK, HanpuMep, Hanuuue
13bbITOYHOI «Lwwnopbl» nocne onepauun [ioamens. Yactb
MaLMEeHTOB C araHrino30M MoryT MeTb HapyLLEHUS UMMYH-
HOro cTaTyca, YTo TaKxe Co3AaeT HebnaronpusaTHbIN GoH
ONS peanu3auuu XpOHWYECKOro BOCMaNeHWUs B CAU3UCTOM
060/104Ke KULLKM.

3AKJIO4YEHUE

Mpu nosTopHbix 3nu3ogax [A3K, uam nnoxom oTeete
Ha ero CTaHAapTHyI0 Tepanuio, peKOMeHAYeTCs NpoBefeHue
yrnybnenHoro obcnepoBaHna ans ucknouenns BK nmm xpo-
HWYECKMX BOCMANIUTENbHBIX M3MEHeHU B obnactu aHacTo-
M03a C Liefblo nojbopa onTMManbHOM NeYebHON TaKTUKK.
YunTbiBas HepOCTaTOYHY0 M3y4eHHOCTb matoreHe3a MA3K
¥ MMMYHOMATOMNOMMYECKMUX MPOLLECCOB, NPUBOASALLMX K pea-
nm3aumn BK 1 KpoH-nopo6Hbix n3MeHeHuid nocne xvpypru-
yeckoro neyenus bl Tpebyetca npoBeaeHue LanbHEMLLNX
Hay4HbIX UCCNEA0BAHMIA.

AOMO/THUTENIbHASA UHOOPMALIUA

Bknap aBTopoB. Bce aBTOpbI BHEC/M CYLLECTBEHHbLIN BKMA4
B pa3paboTKy KOHLeNLMM, NPOBEAEHME UCCeA0BaHMSA W NOATOTOB-
Ky CTaTby, Npo4M 1 006punv GuHanbHyto Bepcuto nepeq nybnm-
Kauwen. JInuHbiA BKNaL Kaxgoro asTopa: B.A. [nywkosa — au-
3aiH M KOHLENUMA CTaTby, MOMCK NIMTEpaTypbl, HanMcaHWe TEKCTa;
A.B. MNoaKameHeB — aHanmM3 NUTePaTYpPHbIX MCTOYHWMKOB, peaaKTm-
poBaHwe; T.B. [abpycckas — cbop nuTepaTypHbIX MCTOYHUKOB, NOA-
rOTOBKA HaMMcaHWs TeKCTa CTaTby.

WUcTounuk huHaHcMpoBaHUs. ABTOpPbI 3asBMIAIIOT 06 OTCYTCTBUM
BHELLHEro MHAHCUPOBAHMS.

KoHnukT nHTepecoB. ABTOpbI AEKNapUPYIOT OTCYTCTBME KOH-
(QIMKTOB MHTEPECOB, CBA3aHHbIX C NyBMKALMEN HACTOALLEN CTATbU.
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